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Introduction 

Sarcoidosis is a systemic disease of unknown etiology. It is 
characterized by the presence of noncaseating granulomatous 
lesions in the affected organs. Primary biliary cirrhosis (PBC) 
is a chronic autoimmune _ cholestatic hepatopathy 
characterized by destruction of the bile ducts and the presence 
of M2-type anti-mitochondrial antibodies [1]. The association 
of sarcoidosis and primary biliary cirrhosis reported here is 
rare. It poses a problem of histological differential diagnosis 
and raises the hypothesis of an etiopathogenic link between 
the two conditions [2]. We report the clinical case of a patient 
hospitalized in the internal medicine department of chu ibno 
rochd casablanca, who was diagnosed with a combination of 


sarcoidosis and primary biliary cirrhosis. 


Clinical case 

This is a 49-year-old patient admitted for etiological 
assessment of bilateral granulomatous uveitis, who has been 
presenting with inflammatory arthralgias involving both 
knees, both ankles, both elbows and both wrists for 5 years, 
the two elbows and the two wrists associated with an ocular 
involvement made of a bilateral granulomatous uveitis and a 
dry syndrome the symptomatology was enriched two months 
later by the appearance of a dyspnea stage II with in the 


thoracic CT a diffuse interstitial pneumopathy and the 
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appearance of a pruritus generalized the whole evolving in a 
context of conservation of the general state. An etiological 
work-up was carried out, and serologies came back negative 
(HIV, syphilis, hepatitis B and C, toxoplasmosis, herpes, 
CMV EBV), the conversion enzyme assay came back high at 
111 U/L, labial biopsy revealed a granuloma; overall, the 
diagnosis of sarcoidosis with pulmonary and _ ocular 
involvement was made on the basis of elevated ACE, the 
presence of a granuloma on labial biopsy and the 
granulomatous nature of the uveitis, In terms of treatment, the 
patient was put on high-dose oral corticosteroids with 
degression associated with methotrexate at a rate of 15 
mg/week. The evolution was marked by regression of the 
signs of uveitis, with the appearance of cytolysis and a 
biological cholestasis greater than 3 times normal, 
methotrexate was incriminated, which necessitated stopping 
methotrexate for a week, but the cytolysis persisted. A liver 
immunoassay was then performed, which showed positive 
anti-Mi2 antibodies. Overall, the diagnosis of a combination 
of sarcoidosis and primary biliary cirrhosis was accepted. 

Therapeutically, the patient was put on_ high-dose 
corticosteroids with tapering off, combined with azathioprine 
150 mg/day and ursodeoxycholic acid 200 mg 2 capsules/day 
with good progression, including negativation of cytolysis 


and cholestasis. 
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Discussion 


Sarcoidosis is a systemic disease of unknown etiology [3], 
primarily affecting the respiratory and lymphatic systems, 
and characterized by the formation of immune granulomas in 
the affected organs [4-6]. 

Hepatic granuloma is encountered in sarcoidosis in 15-65% 
of patients, and is characterized by a concentric, well- 
demarcated, numerous structure localized in the portal and 
periportal zone. Whereas granulomas in PBC are 
characterized by their small number, they are poorly defined 
and associated with a lymphocytic infiltrate adjacent to the 
biliary lesions. The lymphocytic infiltrate of granulomas in 
both diseases shows an accumulation of CD4 (helper) T cells 
in the center of the granuloma. Whereas CD8 (cytotoxic) T 
cells are seen at the periphery of sarcoidosis granulomas and 
near the bile ducts in PBC [7,8]. 

Primary biliary cirrhosis (PBC) is an autoimmune disease 
with an estimated annual incidence of 10-20/100,000. It is 
most often diagnosed in women in their fourth or fifth decade. 
Its prevalence in families of patients with PBC is 4% [9]. 
The detection of anti-mitochondrial antibodies (AMA) is 
important in the diagnosis of PBC, with a sensitivity of 90% 
and specificity of 95%, while anti-mitochondrial antibodies 
type M2 have a specificity of 100% [3]. Other immunological 
abnormalities have been described, notably the detection of 
antinuclear antibodies and increased immunoglobulins (IGM) 
[1]. 


Liver biopsy, which is not compulsory for the diagnosis of 


PBC, is essentially used to staging the disease and to show the 


characteristic lesions of this condition on histology, namely 
nonsuppurative cholangitis affecting the interlobular and 
septal bile ducts. The inflammatory infiltrate is composed 
mainly of lymphocytes and mononuclear cells in direct 
contact with the basement membrane of necrotic 
cholangiocytes. Portal inflammation may take the form of 
epithelioid granulomas [1,10]. 

In our case, the diagnosis of sarcoidosis was based on the 
clinico-biological, radiological and histological presentation. 
The diagnosis of PBC was based on the presence of 
cholestasis and the positivity of anti-mitochondria type M2 
antibodies. Kishor et al had recently reported 17 patients with 
sarcoidosis and PBC and suggested that a common pathway 
contributes to granuloma formation in both conditions. One 
explanation for the apparent association between these 
conditions is that both share the same defect in cell-mediated 
immunity [1,11]. 

The association of systemic sarcoidosis with PBC remains 
rare. Twenty well-documented cases have been reported in 
the literature (Table 1). These are two hepatic 
granulomatoses whose differential diagnosis is sometimes 
very difficult to establish in practice. However, certain 
clinical, biological, immunological and histological 
parameters help to guide the clinician (Table 2) [1]. In our 
case, the diagnosis of primary biliary cirrhosis was revealed 
clinically by pruritus and biologically by a cholestasis 


syndrome. 


Table 1: Epidemiological characteristics of cases reported in the literature associating primary biliary cirrhosis and sarcoidosis 


(20 well-documented cases). 


Sex 19F/1H 
Average age (extremes) 60 years +/ - 18 (30-73 years) 

cutaneous sarcoidosis + CBP 9 cases 

Systemic sarcoidosis + PBC 11 cases 

Diagnosis of PBC 

AMA + 16 cases 

AMA type M2 + 4 cases 
Liver biopsy 19/20 

Signs of PBC + granulomas 13 cases 
Signs of PBC without granulomas 5 cases 
Cirrhosis 1 case 
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Table 2: Comparative table of characteristics of primary biliary cirrhosis and sarcoidosis 


Features Pimitive biliary cirrhosis Sarcoidosis 
Epidemiology Sex ratio Predominantly female 1 
Symptomatology Pruritus Yes No 
Icterus Yes Rare 
Xanthomas Yes No 
Biology Cholestasis Yes Rare 
AMA Yes over 90 No 
Ig M High Normal 
ECA Less than 20 40%- 50% 
Imaging ADP hile pul NO Yes 
EFR abnormality NO Yes 
Histology Granulomas Fewer Numerous 
Number Ill-defined associated Well-defined 
Aspect Lymphocytic infiltrate Portale and periportale 
Location Assistant Portale and periportale 
Dusctopenia Biliary lesions No 

Conclusion 5. Hriz, Moez Jallouli, Yosra Cherif, Zouhir Bahloul. 

PBC and sarcoidosis share certain clinical, biological and (2015) Association sarcoidose et maladie de Horton: a 

histomorphological features. Their etiology remains propos d’un cas Service de Médecine Interne, CHU 3029 

unknown. However, their association suggests a common Sfax,Tunisie Pan African Medical Journal. 20: 98. 

origin of the granuloma [1,12]. Sarcoidosis and PBC can 6. Sowmya Kishor, Maria L Turner, Brian B Borg, David E 

occur concomitantly in the same patient, presenting a real Kleiner and Edward W. (2008) Cutaneous sarcoidosis 

diagnostic challenge. Prognosis depends on early diagnosis and primary biliary cirrhosis: A chance association or 
and treatment [13]. related diseases? Cowen, MD, MHScb Norfolk, 
Virginia) Bethesda, Maryland) and St Louis, Missouri 
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